Investigators at the Developmental Cognitive Neurosciences Unit, Institute of Child Health, London, other centers in the UK, and Dartmouth School of Medicine, NH, USA, prospectively recruited children aged between 1 and 42 months from North London who had at least one episode of convulsive status epilepticus (CSE) and classified them as prolonged febrile seizures (PFS) or nonfebrile CSE. Of 54 patients receiving neuropsychological and MR imaging tests within 6 weeks (mean 38 days) of CSE (baseline) and at 1-year follow-up, 27 had PFS (mean age 18.4 months) and 27 had nonfebrile CSE (mean age 15.5 months). Children with nonfebrile CSE had similar seizure characteristics but a worse developmental outcome than children with PFS (p<0.002). The PFS group had a worse developmental outcome than healthy controls (mean age 20.49 months) (p=0.002). Tests at 1-year follow-up showed no significant improvement from baseline. Seizure characteristics were not predictive of performance. One population was identified that accounted for 82.3% of FSs and had a mean duration of 3.8 min (short FS) and a second population accounting for 17.7% of FSs with a mean duration of 39.8 min (long FS). Long FSs were significantly associated with developmental delay (p=0.01) and younger age at first FS (p=0.048). The data provide support for redefining a simple febrile seizure, limiting the duration to no longer than 10 min.
SLEEP DISORDERS AND EPILEPSY
An investigator from University of Oxford, UK, reviews the effect of sleep disorders on epilepsy and the effects of epilepsy on sleep. 
HEREDO-DEGENERATIVE / METABOLIC DISORDERS CHARACTERISTICS OF INDIVIDUALS AT RISK FOR SPINOCEREBELLAR ATAXIA
Investigators at University Hospital of Bonn and 13 other centers in Germany, France, and Italy conducted a prospective, longitudinal observational study (2008) (2009) (2010) (2011) of offspring or siblings of patients with spinocerebellar ataxias (SCA)-1, 2, 3, and 6. Study individuals had no ataxia and were aged 18-50 years (35-70 years, if directly related to individuals with SCA6). Relations between outcome variables and time from onset (present age to estimated age at ataxia onset) were analyzed using clinical scales, questionnaires, and coordination tests. In 264 participants, estimated time to ataxia from onset was -9 years in 50 carriers of the SCA1 mutation, -12 years in 312 SCA2 mutation carriers, -8 years in 26 SCA3 mutation carriers, and -18 years in 16 SCA6 mutation carriers. Compared with non-carriers of each mutation, SCA1 and SCA2 mutation carriers had higher median scores for ataxia. SCA2 carriers had lower functional index scores than did non-carriers and worse composite cerebellar functional scores than did their non-carrier counterparts. In 83 individuals (30%) who underwent MRI, brainstem and cerebellum showed grey-matter loss in SCA1 and SCA2 mutation carriers. COMMENT. The authors summarize the baseline findings of the RISCA study designed to define the preclinical stages of SCAs in individuals at risk and to identify functional and brain structural abnormalities before the onset of ataxia. Carriers of SCA1 and SCA2 mutations have mild coordination functional deficits and brain structural abnormalities before the onset of clinically manifest ataxia. Recognition of the preclinical manifestations of neurodegenerative diseases may permit early therapeutic intervention.
